INTRODUCTION
Choledochal cyst (dilatation of the bile duct) is thought to be a type of hepatobiliary fibropolycystic disease [1] [2] [3] [4] [5] [6] and many cases of choledochal cyst have been recognized to be caused by pancreaticobiliary maljunction [7] [8] [9] [10] [11] . Although polycystic kidney disease, renal fibropolycystic disease, is often associated with polycystic liver disease and Caroli's intrahepatic biliary dilatation, [1, 2, 4, 5] , it has been extremely rarely reported to be associated with choledochal cyst [3] [4] [5] [6] 12] .
We describe a 48-year-old female with a rare association of Type I choledochal cyst [11] and polycystic kidney disease without pancreaticobiliary maljunction. [11] ( Fig. 1 [12] , 1976 . In Chait's [6] report in 1994, he described that this combination had been seen only in 4 reports till that time [3] [4] [5] [6] 12 ]. We could not find any other report by now. Table I [1, 2] . The other hepatobiliary fibropolycystic disease includes polycystic liver disease, Caroli's intrahepatic biliary dilatation, congenital hepatic fibrosis (micropolycystic disease), microhamartoma, etc. [1, 2] . The etiology of hepatobiliary fibropolycystic disease has been considered to be pancreaticobiliary maljunction or malformation of the embryonal ductal biliary plate [2, 6] . In cases without evidence of pancreaticobiliary maljunction as in the present case, the other factors like malformation of the ductal biliary plate may contribute to the etiology of choledochal cyst.
Surgical resection of the choledochal cyst in cases associated with polycystic kidney disease is still controversial. In Chait's report [6] , choledochotomy and cholecystectomy was performed because of stone formation in the biliary system. In Jordan's report [4] , the patient had recurrent chronic cholecystitis, but died of sepsis after cholecystectomy. In the present case, the common bile duct had been persistently dilated for at least 12 Conservative therapy with ursodiol or chenodeoxycholic acid may be useful for preventing the stone formation [13] . In addition, endoscopic sphincterotomy may be useful for drainage of the bile via the papilla of Vater [14] . Thus, management of the choledochal cyst, when associated with other fibropolycystic disease, requires further discussion.
In conclusion, association of Type I choledochal cyst and polycystic kidney is very rare. In the case of choledochal cyst combined with renal fibropolycystic disease, pancreaticobiliary maljunction may not contribute to the etiology of choledochal cyst. In such cases, management of choledochal cyst is still controversial and requires further discussion.
COMMENTARY Hepatobiliary Fibrocystic Diseases
Hepatobiliary Fibropolycystic diseases do not exist as single entities, but as members of a family [1] . The members are found in various combinations. They consist of polycystic liver, microhamartoma, congenital hepatic fibrosis, congenital intra-hepatic biliary dilatation and choledochal cysts. They are usually inherited. Fibrocystic disease of the kidneys is associated to a variable extent [2] . Embryologically the hepatobiliary abnormalities are thought to stem from ductal plate maldevelopment in different parts of the biliary tree [3] . Malignant change may complicate congenital hepatic fibrosis and choledocysts (which include Caroli's disease) [2] . [6, 7] , and when they are associated with hepatic fibrosis, they are referred to as Caroli's disease, as described by Caroli [12, 13] .
In contrast to the authors of this case report, we do not believe that it is controversial as how Types I and II choledochal cysts should be treated, no matter whether these cysts are associated with polycystic kidney disease or not. The best treatment for these cysts is cyst excision with Roux-en-y hepaticojejunostomy reconstruction as this provides the best drainage to the biliary system as well as removing the chance of malignant changes in the cyst wall. Roux-en-y choledochocystjejunostomy should be reserved for cases in which technically the cyst is difficult to excise due to inflammation and adhesions caused by repeated cholangitis.
The chance that this needs to be done is very small in good hands. Other forms of choledochal cysts, such as choledochocele, intrahepatic cysts and Caroli's disease, are treated as the anatomy dictates and these patients must be followed up on a long term basis.
